Dr. I. A. Roxburgh read further notes on a case, shown to the Section in March 1948, and reported in the Brit. J. Derm. (1949) 61, 25, of a man with marked swelling of the lips and buccal mucosa due to acanthosis nigricans, and with signs of acromegaly.
(The above cases and report may be published later in the British Journal of Dermatology.) [March 17, 1949] Werner's Syndrome.-DAVID I. WILLIAMS, M.R.C.P.
B. L., aged 35, one-time hairdresser. Werner (1904) described a syndrome of which nearly all the features are shown in this patient. There is usually shortness of stature, canities, premature alopecia, what Werner called "scleropoikiloderma", trophic ulcers of the legs, hypogonadism, a tendency to diabetes, calcification of blood vessels, metastatic calcification, osteoporosis, juvenile cataracts and a tendency for the condition to occur in brothers and sisters. In the present case there are also clinical and histological changes in certain muscles.
History.-In May 1948 he reported to the Orthopxedic Department of King's College Hospital complaining of stiff feet. He was referred to the Skin Department. The legs have always been weak; the feet burn if he stands all day. The skin of the legs has always been fragile and since 1944 has been getting paler. Ulcers on the left heel and the right leg have recently developed following minor trauma. He cannot remember when he began to lose his toe-nails. His eyesight began to fail at the age of 8 and cataracts have been needled on several occasions since the age of 22. His wrists have been getting stiff recently. He shaves at most twice a week. His hair has been getting thin on top. Family history.-His parents, who were first cousins, came from Odessa. He has two sisters. Nobody else in the family is similarly afflicted.
On examination. The patient is thin and obviously undersized, weighing only 6 st.
His intelligence is reasonable. The voice is high pitched but there is no laryngeal abnormality. The testicles are very small. His arms are thin and power is only fair. Limitation of movement of the wrists was present in May 1948 but has improved markedly with nine months' physiotherapy. The skin of the legs is pale, thin and tightly stretched over the joints. 'There are telangiectasia and macular pigmentation of the legs and many small waxy papules. There is an indolent ulcer over the right external malleolus. The toe-nails are dystrophic *or lost. There is scarring around the knees reminiscent of that seen in cases of epidermolysis bullosa. The leg muscles feel hard. Movement of the ankles is negligible. Scalp hair is scanty and grleying; body hair is also sparse. He is aphakic.
Investigations.-B.P. 190/100. UJrine: No sugar, no acetone. Glucose tolerance: A slightly raised peak and delayed return to the fasting level. Blood-count: Normal. Serum calcium: 10-4 mg./100 ml.
A forty-eight-hour specimen of urine produced maximum stimulation of rat uterus and ovaries with six-hour and twelve-hour aliquots (i.e. above normal limits).
Twenty-four-hour specimen ofurine: 17-ketosteroids 10 mg./24 hour. This is within normal limits for the male but a high proportion of dehydroisoandrosterone suggests tHat the source is mainly adrenal. These findings indicate a primary gonadal failure.
Electrocardiogram normal. Electromyograph: The anterior tibials and calf muscles of both legs showed greatly reduced action potentials. Electrical reactions normal.
X-rays: The bones of the legs and feet are generally porotic with coarse trabeculation and thinned cortices. A cystic lesion is present in the head of the left tibia. The feet are short with mal-developed terminal phalanges. Flakes of calcification are seen alongside the tarsal bones and there is some calcification of the arteries of the legs. Sella turcica normal.
Histology (Professor H. A. MAGNUS).
-Section of the skin shows the epidermis to be atrophic. There is possibly some increase in the amount of collagenous tissue present in the corium but this is not a striking feature. Some of the smaller arteries in the subcutaneous tissue show a moderate amount of obliterative endarteritis. Section of the muscle shows the fibres to be swollen and many have lost their striations. In some areas the fibres have completely disappeared and been replaced by fibrous tissue. There is no cellular infiltration of the interstitial tissue. Again some of the smaller arteries show a considerable degree of obliterative endarteritis.
The leg ulcer has proved quite intractable and suggestions as to how to heal it would be welcomed. I should be glad to hear from the histology experts what they think of the muscle changes. There has been discussion in time past as to whether true scleroderma occurs in this syndrome: the skin changes in this case together with the muscle anomalies confuse the issue still further.
